Congenital cardiac abnormalities diagnosed at the time of acute coronary syndrome are rare. A 43-year-old man presented to the emergency department complaining of recurring, severe chest pain. Subsequent emergent coronary angiography demonstrated unusual coronary anatomy: 1) one small caliber bifurcating vessel originating from the right sinus of Valsalva; 2) one very large vessel arising from the posterior sinus; and 3) no coronary artery from the normal left sinus of Valsalva. The large vessel from the posterior sinus was totally occluded in its midportion and was treated with intravascular ultrasound-guided percutaneous coronary intervention. Further diagnostic workup, including twodimensional transthoracic echocardiogram and computed tomographic coronary angiography, demonstrated isolated corrected transposition of the great arteries with a dilated systemic ventricle and systolic dysfunction with an ejection fraction of 30%. The patient's clinical course was complicated by recurrent nonsustained ventricular tachycardia, treated with medical therapy and a dual-chamber implantable cardioverter defibrillator. This case is an example of a common clinical presentation with a very uncommon congenital heart disorder. Similar cases may become more frequent as the number of adult congenital heart patients increases in the population. D e novo diagnosis of congenital cardiac abnormalities is uncommon in the average adult cardiology practice. Th ese patients can present a signifi cant diagnostic challenge when they develop acute coronary syndrome. Described below is an example of a common clinical presentation with a very uncommon congenital heart disorder.
CASE REPORT
A 43-year-old white man presented to the emergency department complaining of chest pain. He was known to have hypertension, tobacco abuse, antisocial personality disorder, and chronic obstructive pulmonary disease. His chest pain began the night prior to presentation while watching television and lasted several hours. Th e pain was substernal, with radiation to his back, and was alleviated by lying prone, allowing the patient to sleep through the night. Th e following day, he developed recurrent pain and after 2 hours was convinced by his girlfriend 
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Jeremy Zimmermann , DO, J. Ryan Altman, MD, and D. Scott Gantt, DO to seek medical attention. Th e patient had maintained a normal active lifestyle throughout childhood into his fourth decade of life, developing mild dyspnea with exertion over the 6 months prior to his presentation.
His initial electrocardiogram (ECG) demonstrated sinus tachycardia, left axis deviation, nonspecifi c intraventricular conduction delay, left atrial enlargement, and old anteroseptal infarct, without dextrocardia ( Figure 1 ) . A portable chest radiograph demonstrated increased central vascular prominence with cephalization, mild cardiomegaly, and no dextroversion ( Figure 2 ) . Emergent coronary angiography revealed a relatively small caliber vessel arising from an anterior cusp, bifurcating into small caliber branches without stenosis ( Figure 3 ) . A second coronary artery was found originating from the posterior cusp supplying much of the inferior lateral region. Th is vessel was large caliber and was occluded in its midportion. Percutaneous coronary intervention with a 5 × 16 mm Verifl ex bare-metal stent was performed with subsequent intravascular ultrasound demonstrating severe fi brocalcifi c plaque at the stenotic region and good stent strut apposition. At the time of transfer to the coronary care unit, the patient was free of chest pain and hemodynamically stable.
A transthoracic echocardiogram in the coronary care unit demonstrated congenitally corrected transposition of the great arteries (CTGA) with systemic ventricular dilatation and systolic dysfunction with an ejection fraction of <30%. A computed tomographic angiogram of the coronary arteries revealed a dominant coronary artery originating from the posteriorly positioned right sinus of Valsalva with a configuration most typical of a morphologic right coronary artery ( Figure 3 e, 3 f ) . The stent in the midportion of the main branch was widely patent. The coronary artery originating from the rightward rotated left cusp demonstrated a configuration most typical of a morphologic left coronary artery.
Th e patient's clinical course was complicated by multiple episodes of symptomatic bradycardia with junctional rhythm and several episodes of nonsustained ventricular tachycardia >48 hours after his myocardial infarction. Along with initiation of medical therapy, a dual-chamber implantable cardioverter defi brillator was placed into the morphologic left ventricle, followed by discharge on hospital day 7. At followup 1 week later, the patient was asymptomatic with a benign examination.
DISCUSSION
CTGA is associated with atrioventricular discordance and ventriculoarterial discordance. Th e morphologic left ventricle and mitral valve are transposed to the right, attached to the pulmonary artery and right atrium, while the morphologic right ventricle and tricuspid valve are connected to the left atrium and aorta, committing the right ventricle to systemic pressure demands. CTGA is rare and represents <1% of congenital heart abnormalities ( 1 ). Up to 90% of patients with CTGA have additional cardiac defects such as ventricular septal defect, pulmonary artery stenosis, tricuspid valve abnormalities, and mitral valve abnormalities ( 1 ). Th e clinical impact of these associated defects typically leads to diagnosis in the fi rst few decades of life. In the absence of these defects, termed isolated CTGA, the diagnosis may be delayed into the fourth decade of life or later. Th ese patients often present with worsening tricuspid regurgitation, systemic ventricular failure, and ventricular arrhythmias, culminating in clinical congestive heart failure and the potential need for cardiac transplantation ( 2 -4 ). Ventricular arrhythmias related to systolic heart failure and conduction system disease with bradycardia and heart block are common. Th e risk of developing complete heart block increases by 2% annually and is thought to be related to intrinsic conduction system fi brosis ( 1 ).
In terms of the coronary artery anatomy, most patients with CTGA have coronary artery ventricular concordance, with the morphologic left ventricle supplied by a branching vessel similar to the left anterior descending and circumfl ex vessels, and the right ventricle supplied by a vessel similar to a right coronary artery. Depending on the specifi c location of the aorta and pulmonary artery, spatial orientation of the coronary ostia can be challenging with standard angiography. One case series from 1988 found that 11 out of 18 CTGA patients had normal coronary artery ventricular concordance, whereas the other 7 had signifi cant anomalies such as a single coronary ostium or hypoplasia of the left anterior descending artery ( 4 ).
Th is case is an example of a typical presentation of acute coronary syndrome in a patient with a complex and rare congenital heart condition. During "routine" emergent coronary angiography, the origin of the culprit vessel in the posterior sinus of Valsalva was particularly challenging to engage. Advancing modern medical therapy and surgical techniques inevitably will result in a larger population of adult patients with congenital heart conditions presenting for both routine preventive care as well as emergency care. A thorough understanding of their pathology is becoming more important, as is the need for specialists in adult congenital heart disease. 
